and had enlarged tonsils with left-sided cervical swelling, lymphadenopathy of both axillae and the right groin, and hepatosplenomegaly. Ultrasound examination of the neck showed extensive cervical lymphadenopathy. Flexible endoscopy showed inflammatory swelling of the lateral pharyngeal wall extending to the piriform fossa. A computed tomography (CT) scan of the thorax was normal. Abdominal ultrasound and CT scan confirmed hepatomegaly with no focal lesion; the spleen was 13 cm long, and two small nodes associated with the porta hepatis (0 9 cm) and coeliac axis (1 2 cm) were noted. The patient developed airway obstruction secondary to the pharyngeal cellulitis and required tracheotomy. The cellulitis responded to combined broad spectrum antibacterial, antiviral and antifungal agents, and the tracheotomy wound healed uneventfully. The bone marrow, left axillary node 3) bone and right groin node were biopsied. size. The patient has remained anaemic requiring intermittent red cell support. Repeat bone marrow examination six months after the only course of chemotherapy confirmed a hypocellular bone marrow with fibrosis and no evidence of lymphoma. The white cell count currently remains low, between 3 0 and 4 0 x 109/1, but the platelet count is normal. However, there is notably reduced bone marrow reserve, with severe pancytopenia developing rapidly following any infection.
Discussion
Small cell Ki-I lymphoma accounts for approximately 10% of cases of Ki-1 ALCL. Small lymphoid cells predominate in the lymph node biopsy specimen with a minority component of large blastic lymphocytes.' Ki-I ALCL is classified as a high grade lymphoma but has a surprisingly variable clinical course, with episodes of apparent clinical remission, and prolonged survival despite multiple recurrences. 2 No specific association is known between primary myelofibrosis and lymphoma. In the two case reports describing three patients with concomitant or subsequent lymphoma associated with myelofibrosis, there was no bone marrow involvement with lymphoma.45 Bone marrow involvement in Ki-I ALCL is in any case unusual, affecting approximately 10-15% of cases overall, and may be associated with histiocytosis rather than fibrosis.6 In a clinicopathological study of 41 patients with Ki-1 ALCL by Chott et al7 bone marrow involvement was described in seven patients, all of whom fell within a subgroup of patients with a monomorphic infiltrate of predominantly smaller cells. There was no distinctive pattern to the involvement in these cases, being either diffuse or focal, and ranging from a low degree of infiltration to complete effacement.
The specific chromosomal translocation t(2;5)(p23;q35) has been a consistent finding in association with Ki-1 ALCL.2 3 Of nine patients who were documented originally as having small cell Ki-1 lymphoma variant, one had cytogenetic studies performed on involved skin, and four had cytogenetic studies performed on bone marrow. The same translocation, together with multiple variable abnormalities affecting chromosome 7 and the sex chromosomes, was found in all cases.' The translocation in our patient, 46XY t(3;4)(ql3; q12) has not been described previously. The fact that it was isolated consistently in all metaphases examined from both blood and bone marrow, despite lack of evidence of morphological involvement by lymphoma, suggested that it was constitutional and this has been confirmed by chromosomal analysis of the patient's skin fibroblasts.
The significance of this cytogenetic finding is unknown. However, the c-kit proto-oncogene that encodes the membrane tyrosine kinase receptor for stem cell factor, and the gene for platelet derived growth factor (PDGF) receptor A are localised to bands qi 1-13 ofchromosome are involved in the processes of coagulation, inflammation, immune response and wound repair, have been localised to chromosome bands 4ql2-ql3.9 It is intriguing to speculate that this constitutional genetic abnormality may have not only contributed to this patient's myelofibrosis by affecting PDGF production,10 but that it may have played a role in the development of his lymphoma and the pattern of his repeated septic episodes. The patient's atypical course and response to therapy may therefore reflect an unusual pattern of a rare disease modified by an unique underlying constitutional chromosomal aberration.
Addendum
Since the original submission of this article, a report has appeared of a non-constitutional 
